Introduction {#S1}
============

Solitary fibrous tumours (SFTs) are rare neoplasms arising in the majority of the cases from the pleura. Extrapleural forms are much more rare, especially in the head and neck. To our knowledge, no more than 31 cases involving nasal cavities and paranasal sinuses have been described. We present an additional case of a sinonasal and rhinopharingeal SFT.

Case report {#S2}
===========

A case of massive sinonasal and rhinopharyngeal extrapleural SFT has been treated at Santa Maria Hospital of Terni, Italy. The patient, a 26-year-old man, came to our attention complaining of nasal obstruction, muco-purulent rhinorrhea and frequent epistaxis. He was also affected by a right temporo-mandibular joint ankylosis as the result of a previous trauma. Endoscopic evaluation showed a reddish mass, completely obliterating the left nasal cavity and rhinopharynx. A CT scan ([Figs. 1](#F1){ref-type="fig"}, [2](#F2){ref-type="fig"}) revealed an isodense, solid, neoplasm with mild and homogeneous contrast enhancement, of 67 x 28 x 55 mm, involving rhinopharynx, left nasal cavity, ethmoid cells and sphenoid sinus up to the level of the optic nerve.

![Sinonasal and rhinopharyngeal solitary fibrous tumour. CT image axial section.](0392-100X-35-455-g001){#F1}

![Same patient. CT coronal sections.](0392-100X-35-455-g002){#F2}

We performed embolisation of the mass and subsequent surgical resection. A tracheotomy under local anaesthesia was necessary since it was impossible to introduce the endotracheal tube through the mouth because of the temporo-mandibular joint disease. After tracheotomy, total anaesthesia was obtained and we performed an endoscopic piecemeal resection of the mass with subsequent elevation and resection of the periosteum of the bones that the tumor contacted. Haemostasis was obtained by electrocautery and nasal packing. The packing was removed after five days, and no complications were noted.

Histological examination confirmed the lesion to be an extrapleural SFT with positivity for CD34 and vimentin ([Fig. 3](#F3){ref-type="fig"}). After one month, the surgical cavity was clear and well-epithelialised. Follow-up CT confirmed total resection of the neoplasm ([Fig. 4](#F4){ref-type="fig"}). The patient is still disease free after 13 months and is following our endoscopic follow-up programme ([Fig. 5](#F5){ref-type="fig"}).

![Solitary fibrous tumour. Original magnification 20x. On H&E staining the tumour has a monotonous appearance and is composed of rounded-tospindle cells with vesicular nuclei. On CD34 staining, the strong positivity of cells is evident.](0392-100X-35-455-g003){#F3}

![Post-operative result.](0392-100X-35-455-g004){#F4}

![Endoscopic outcome at one year post-surgery.](0392-100X-35-455-g005){#F5}

Discussion {#S4}
==========

Solitary fibrous tumours (SFTs) are rare neoplasms of mesenchymal origin first described by Klemperer and Rabin in 1931, and classified in pleural SFTs and extrapleural SFTs. Extrapleural forms, much more rare, can be found in several anatomical sites, including the head and neck. In the head and neck, SFTs have been described at the level of external ear canal, lacrimal sac, larynx, thyroid gland, major salivary glands, parapharyngeal space, nasal cavity, orbit and rhinopharynx. These tumours usually show a benign behaviour and present themselves as space-occupying masses, which compress neighbour structures and determine a certain degree of bone resorption. In the sinonasal tract, they lead to nasal obstruction, more commonly unilateral, as well as nasal discharge, epistaxis and headache.

Malignant forms, with local aggressiveness and metastatic potential, albeit described, are exceptional, amounting for less than 5-10% of extrapleural SFTs. A markedly increased cellularity, nuclear atypia, intensive mitotic activity (\> 4 mitoses/10 high power fields) and necrotic areas are to be considered as malignant criteria.

From a histological point of view, these neoplasms are capsulated tumours, constituted of fibrous tissue and capillaries surrounded by round or spindle cells with vesicular nuclei, without a well-defined growth pattern and with some combinations of different patterns.

By immunohistochemical analysis, cells are positive for CD34, vimentin and frequently bcl-2, and negative for keratin, desmin and S100 protein.

In our opinion, for sinonasal forms, CT is the best imaging modality for diagnosis since it allows precise knowledge of tumour extension and the amount of bone resorption. CT findings are a well-demarcated isodense mass with heterogeneous contrast enhancement. MRI should be considered as a second step examination reserved for cases with orbit or endocranial extension. At MRI, the tumor appears as hypo- or isointense on T1-weighted images and hypo- or, more commonly, hyperintense on T2-weighted images, with heterogeneous contrast enhancement after gadolinium infusion.

Treatment of choice is surgical resection with negative margins. Although not amenable to en bloc resection, endoscopic sinus surgery with piecemeal resection and subsequent elevation and resection of the periosteum of the tumour-contacting bone has been demonstrated to be a good option since it allows complete clearance of the tumour by a mini invasive procedure. We also embolised the tumour before the operation to decrease bleeding, but other authors have intervened without any additional treatment and report no particular bleeding complications during the procedure or in the post-operative period.

Alternative treatment modalities, such as radiotherapy or embolisation, even if described in literature, cannot be considered as effective.
